Pulmonary artery sarcomas are uncommon intracardiac tumours with poor prognosis. We report the case of a 69-year-old woman in good health presenting with rapidly progressive dyspnoea and an unfamiliar systolic murmur. Echocardiography revealed pulmonary valve stenosis due to an obstructing mobile mass. Imaging studies confirmed the presence of a contrast-enhancing lesion adherent to the valve, extending into the pulmonary trunk and right ventricular outflow tract, and suggestive of malignancy. Endovascular biopsy was attempted with no success. Surgical resection with autologous graft valve replacement and pulmonary artery reconstruction was performed. Postoperative histological examination confirmed the diagnosis of an undifferentiated pleomorphic sarcoma. Pulmonary artery sarcoma should be considered as a rare differential diagnosis in patients presenting with dyspnoea and a crescendo-decrescendo systolic murmur increasing with inspiration. Echocardiography is a useful first diagnostic approach but multi-imaging assessment is almost always necessary for definite diagnosis. Our case provides insights into the challenges met by cardiologists, radiologists and cardiac surgeons in the management of such cases.
idly progressive dyspnoea on exertion. Upon physical examination the patient was afebrile, blood pressure was 116/72 mm Hg, pulse rate 76/min and respiration rate 12/min. Heart sounds were normal, but a new, 3/6, crescendo-decrescendo systolic murmur, which increased during deep inspiration and was maximal along the left sternal border, was noted.
Laboratory studies of electrolytes, renal function, liver and cardiac enzymes, acute phase reactants and complete blood count were within normal limits, as were a 12-lead ECG and a chest radiograph. 
Discussion
Our case highlights the major impediments encountered during management of these rare and often Typical onset age is 45-55 years with a female to male ratio of 2:1. The tumour typically arises within the pulmonary trunk and spreads into the pulmonary arteries. Embryologically, it originates from the bulbus cordis, a structure that later gives birth to both the RVOT and pulmonary trunk, which could, in our case, explain valve involvement and RVOT extension.
As with the majority of intracardiac tumours, presentation is non-specific, with dyspnoea on exertion, chest or back pain, cough and haemoptysis being common symptoms. In many cases, the clinical pre- In conclusion, it is important that physicians recognise the clinical features associated with PAS and include it as a differential diagnosis in the appropriate setting. Early referral for multidisciplinary management in a tertiary centre offers the only chance for prolonged survival and improved quality of life.
Disclosures
No financial support and no other potential conflict of interest relevant to this article was reported.
References
A full list of references is available in the online version of this article. 
